Introduction
In the United Kingdom the fascinating medical problems arising from the presence of abnormal haemoglobin are increasing because of the substantial immigration of people of West African stock. In these people the incidence of the sickle and other abnormal genes is very high and produces considerable morbidity and mortality. Abnormal hemoglobins may be detected by electrophoresis, and many are known by letters of the alphabet. In orthopadics we are mainly concerned with sickle hxemoglobin (S) and hemoglobin C, but thalassemia which results from persistence of fetal hemoglobin also produces bone changes. The globin part of hemoglobin is composed of two polypeptide chains of aminoacids, and it is the substitution for glutamic acid in normal hemoglobin A by valine or lysine which produces hemoglobin S or C respectively.
The sickle gene is common in West Africa but can be found in other areas of the world, while hemoglobin C seems more restricted to parts of West Africa including Ghana and Nigeria. The sickle gene can be both homozygous and heterozygous and can also occur in combination with other abnormal haemoglobins and with persistence of fetal hemoglobin (SF) . Heterozygous sickle cell trait is very common in Western Nigeria and this results in a 1 % incidence of sickle cell disease in the newborn. Most of these children (SS) will suffer repeated episodes of severe pain (crises) and are unlikely to survive adolescence.
Sickle hemoglobin is particularly susceptible to states of low oxygen tension with resultant hxemolytic anaemia, sludging and infarcts. While this gives many general symptoms, orthopxedic surgeons are concerned with the radiographic changes of increased erythropoiesis, with bone infarction and with the occasional secondary osteitis, often from salmonella infection. Most of these painful bone infarcts should be treated conservatively, and true osteitis usually responds to antibioticsthus avoiding surgery.
The use of tourniquets probably has an undeserved evil reputation in patients with sickle hwemoglobinprovided they are applied with an exsanguinating technique. The author would like to hear of any difficulties which have arisen from their useor indeed of any anesthetic or surgical disasters in patients with sickle hxemoglobin. Dr R 0 Murray (Institute ofOrthopa?dics, Royal National Orthopwdic Hospital, Great Portland Street, London WJN6AD)
Radiology of Sickle Cell Disease
This chronic hemolytic anamia occurs almost exclusively in negroes with homozygous sickle cell disease and those in whom sickle hiEmoglobin is associated with other abnormal hemoglobins (C). The heterozygous forms are usually milder and the affected individual may be asymptomatic during a normal life span.
The radiological changes primarily reflect marrow hyperplasia, but usually to a much lesser degree than that observed in thalassaemia. The hxemopoietic marrow becomes osteoporotic with a coarse trabecular pattern, involving particularly the axial skeleton and the major long bones. Within the affected long bones endosteal reactive bone may form to give the appearance of a 'bone within a bone'. The skull may show a widened diploic space and, occasionally, bone spiculation of a 'hair-brush' pattern. In infants and young children, the bones of the extremities may be similarly affected. When sickling of the red blood corpuscles takes place as a result of anoxia, capillary blockage and bone infarcts develop,
